Intra-abdominal desmoplastic small round cell tumour (DSRCT) is a rare and highly aggressive malignant neoplasm with a strong predilection in young male adults. and frequently presents as a large abdominal mass .Here, we present a case of DSRCT in a 40 years male with mild ascitis.
Introduction
Intra-abdominal desmoplastic small round cell tumour (DRSCT) is of uncertain heterogenesis with a predilection for the peritoneal surfaces of the abdomen and pelvis and, rarely, the pleuraP 1, 2, 3,4,5,6,7P . Solitary exmples of arising from the scalp,brain,parotid gland,ethmoid sinus,hand and liver have been reported DRSCT. Predominantly occurs in male(male to female ratio of 4:1 and adolescents and young adults (mean age 22 years in the largest series)P 4P .It can also occur in the elderlyP 8PB .PB P It usually presents as a single mass or multiple nodules within the abdominal cavity. Accompanying ascites is the rule; malignant cells can be easily identified in the fluidP 9P . Patients of intraabdominal DRSCT typically present with abdominal distension, pain and a palpable abdominal, pelvic or scrotal mass. We report a case of intra-abdominal desmoplastic small round cell tumour and discuss the clinical presentation, diagnostic histologic and immunophenotypic features and management of such a case.
Case Report
A 40 years old male presented with complaints of pain in the left upper quadrant of abdomen with the history of weight loss and constipation for few months. He did not have any family history of cancer. On examination there was a non tender mobile palpable mass in the left upper quadrant of the abdomen. Ultrasound examination of the abdomen revealed a colonic mass with mild ascitis. Barium enema revealed extrinsic compression of the colon close to the splenic flexure.
Then leparatomy followed by excision biopsy was done.
Gross examination revealed an excised part of colon with an attached mass at the outer surfaces measuring 8x6x4 cm. Cut surface were solid gray-white in appearance. Histopathology of the specimen showed a neoplastic lesion composed of clusters of small round to oval monotonous cells with very scanty cytoplasm. Nuclei were small and pleomorphic with inconspicuous nucleoli. Marked desmoplastic response was identified around the tumor cell clusters.
Discussion:
Desmoplastic small round cell tumor (DSRCT) was first described in 1989 by Gerald and Rosai who described a distinct type of small round blue cell tumor with a predilection for serosal surfaces such as the peritoneum and the tunica vaginalis that affected mostly Caucasian males in the second or third decade of life 10P . DSRCT presents in most of the cases as an abdominal mass. Patients may complaints abdominal pain, weight loss and constipation. The most common presentation is bulky abdominal disease present in a young adult, often males. DSRCT is regional and the major bulk of these tumors is intraabdominal. Liver metastases are common.Other distant sites include lmph nodes, lung and bones. It may present as a painful lump in the umbilicus known as a "Sister Mary Joseph nodule," which is the secondary to metastatic cancer . This findings is of practical importance in the differential diagnosis with other small round cell tumour of childhoodP 20,21P . A multi-diciplinary approach of high dose chemotherapy, aggressive surgical resection, radiation, and stem cell rescue improves survival for some patients. Reports have indicated that patients will initially respond to first line chemotherapy and treatment but that relapse is common. Unfortunately, these modalities frequently do not provide a durable response, and the prognosis for patients with DSRCT remains poor. Despite aggressive therapy, 3-year overall survival has been estimated at 44% and the 5-year survival rate remains around 15%. CBMJ 2013 July: Vol. 02 No. 02 
